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scheme is proposed to decrease persistent pleural effusions after the Fontan operation. 
Methods: From August 2000 to July 2001, 20 patients who underwent an uncomplicated 
fenestrated Fontan procedure were placed on a standardized medical regimen (Group 
1). The regimen consisted of aggressive diuresis utilizing IV furosemide and enteral 
aldactazide, 80% fluid restriction, aftedoad reduction, supplemental oxygen, and low fat 
diet. A group of patients who underwent uncomplicated fenestrated Fontan prior to 
August 2000 (n=20) was used as a control (Group 2). Patient demographics between 
groups were similar except for surgical approach. Extracardiac Fontans were performed 
in 90% and 45% of Groups 1 and 2 respectively. Previously our group has shown no sta- 
tistically significant difference in pleural effusions between extrecardiac and intracardiac 
approaches. One-way ANOVA was done to evaluate length of hospital stay and duration 
of pleural chest tube placement. Fisher's exact 2-sided test was done for the use of an 
NPO/TPN strategy and the use of pleural sclerosis. 
Results: The standardized medical regimen was well tolerated. The mean length of stay 
was 9 vs. 15 days for Groups 1 and 2 respectively, p-value <0.01. Pleural chest tubes 
remained in place for 6 vs. 11 days for Groups 1 and 2 respectively, p-value <0.05. Five 
patients in Group 2 were made NPO and placed on TPN; four had pleurodesis. Neither 
treatment was necessary for any patient in Group 1. 
Conclusions: Initial results suggest that the standardized medical regimen shortened 
hospitalization and decreased morbidity following the Fontan operation. 
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Background: Marfan syndrome (MFS) is a connective tissue disorder with significant car- 
diovascular risk for aortic dilation, aneurysm and dissection. Making the correct diagnosis 
(dx) of MFS carries significant cardiovascular advantages by decreasing morbidity and 
mortality. Assigning this dx in patients (pts) who do not meet diagnostic criteria (over-dx), 
has significant psychological effects, leads to unnecessary cardiovascular follow-up and 
testing, influences insurability, and significantly alters lifestyle. This study was performed 
to evaluate whether pts previously diagnosed with MFS were accurately diagnosed and 
to evaluate the factors that lead to over-dx. Methods: Over the past 12 months, 213 pts 
(127 male; 86 female) referred to our cardiovascular connective tissue disorders clinic 
were prospectively evaluated for MFS; age ranged 1 to 62 years. Detailed family history, 
and clinical criteria-anthropometric measurements, dilated eye exams, radiologic studies, 
and aortic root measurements (echocardiography) using normal values standardized for 
age and body surface area, were used to support the dx of MFS. Results: 44 pts, age 
range 1 to 42 years (30 male; 14 female) met diagnostic criteria for MFS. Previous MFS 
dx was confirmed in 24 pts; 19 pts were newly diagnosed; and 1 pt previously without 
MFS dx.had dural ectasia on MRI, fulfilling MFS dx criteria. 13/37 pts (35%) with previous 
MFS dx did not meet sufficient diagnostic criteria: 4 of the 13 had a first-degree relative 
with MFS and 9 were over-dx based on skeletal features alone.The MFS dx was 
removed in the over-dx group. Conclusion: Failure to correctly assign MFS dx as well as 
over-dx of MFS can lead to significant life-long detrimental consequences. In our study 
35 % of patients with previous dx of MFS did not meet cdteria and were over-dx. The cor- 
rect dx of MFS relies on a combination of family history data plus methodical clinical eval- 
uation of ocular, skeletal, cardiovascular, and neurologic systems and should be 
performed in an experienced center. 
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Background 
Early surgery to prevent progressive aortic regurgitation (AR) is commonly recom- 
mended for an out]at ventricular septal defect (o-VSD) complicated by right coronary 
cusp prolapse (RCCP). However AR usually progresses slowly or remains mild for a long 
time after the right coronary cusp first prolapses. 
Methods 
Among 525 patients with an o-VSD who underwent he Doppler echocardiography (echo) 
from January 1985 to May 2001, we reviewed the echo of the aortic valve and associated 
AR in139 patients. Patients in groups 1-3 did not undergo surgery beyond 18 years old. 
Group 1 consists of 26 patients without any deformity of the aortic cusp. Group 2 includes 
56 patients who did not have AR despite typical RCCP. In 38 patients with RCCP and 
AR, AR was not progressive and subclinical (Group 3). Nineteen patients underwent sur- 
gical treatment because of moderate to severe AR (Group 4). The right coronary cusp 
deformity index [RCCD=(the length of the deformed right coronary cusp/the diameter of 
the aortic valve ring)] and the right cusp imbalance index [R/L = (width of right coronary 
cusp/width of left coronary cusp)) were compared among the 4 groups. 
Results 
The type of o-VSD (subarterial vs. outlet muscular) in groups 1-4 was; 15 vs. 11,22 vs. 
34, 25 vs. 13, and 18 vs. 1 (p<0.01). RCCP was firstly detected at significantly younger 
age in group 4 (6+5 years) than in group 2 (15+8) and 3 (14+5, p<0.01). In group 4, AR 
was first diagnosed at 17+19 years, that was earlier than in group 3 where AR was first 
detected at 26+17 years (p<O.01). Both RCCD (0.40i-0.20) and R/L (1.39~0.04) in group 
4 were larger than those in groups 2 (0.31_+0.09, 1.15i-0.10) and 3 (0.26~0.09, 
1.13:L-0.07, p<0.01). 
Conclusion 
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Subarterial VSD, early occurrence of RCCP with AR, large RCCD and R/L were predic- 
tors of progressive serious AR, However, AR remains mild and not progressive beyond 
18 years in the considerable number of patients. 
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Since gamma globulin therapy (IVGG) is most effective during the first 10 days of illness 
in reducing the risk of coronary artery aneurysms (CAA) in children with Kawasaki Dis- 
ease (KD) we retrospectively reviewed all cases of KD from 1978-2001 to determine the 
following: 1 ) Is KD diagnosed late (>10 clays after onset of illness) as often in the IVGG 
era (defined as after 8/87) as in the pre-IVGG era (before 8/87)? 2) Are pts diagnosed 
more often with < 5 criteria in the IVGG era than pre-IVGG and do they have CAA more 
often than those with 35 criteria? 3) Is the late diagnosis of KD due to poor detection of 
KD by physicians in pts with 3 5 criteria or due to delayed appearance of criteria? Com- 
plete data were available in 217/285 pts. The mean time to diagnosis (Dx) was evaluated 
in pts with definite KD (those with 35 criteria or with < 5 criteria and CAA, n=173). Number 
of pts with < 5 vs pts with 3 5 criteria was determined in 217 pts. Results: Mean time to Dx 
was shorter in the IVGG era than in the pre-IVGG era (7.7d±4.3 vs 10.2d±7.9; p=.0135), 
but 33% of pts pre-IVGG and 22% in the IVGG group were diagnosed late (p=NS). Num- 
ber of pts with <5 criteria was not significantly different between the groups (23% in IVGG 
group versus 24% pre-IVGG; p=NS). Incidence of CAA was similar in pts with <5 criteda 
(13.7%) and pts with 3 5 criteria (10.2%; p=NS). Of the 30 pts in the IVGG era diagnosed 
late, 13(43%) developed the 5th criterion late (peeling), 5(17%) had <5 criteria with CAA 
(atypical KD),and 12(40%) were diagnosed late with 3 5 criteria. CAA were seen in 23% 
of pts in the late diagnosis group. Conclusion: Although KD is diagnosed sooner in the 
IVGG era, the number of cases diagnosed after 10 days remains high. 40% of late cases 
were diagnosed late in spite of fulfilling 3 5 criteria; however, the other 60% were delayed 
either because the 5th criterion (peeling) did not appear until after 10 days of illness or 
because suspicion of KD in spite of < 5 criteria led to the echo diagnosis of CAA. These 
data emphasize the need for a high index of suspicion of KD in children with <5 criteria 
and for continued education about the importance of prompt Dx. The results suggest that 
strict adheranca to current criteria prevents the timely diagnosis of KD in a significant 
number of cases, 
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Quammie, Dare-May Rowlins, Naeem Merchant, Annette Flyrme, Min-Jin Jung, Samuel 
Siu, Brian W. McCrindle, University of Toronto Congenital Cardiac Centre for Adults, 
Toronto, Ontario, Canada. 
Background. 2-D echo assessment of RV form & function may be inaccurate because of 
the non-geometric shape of the RV. Methods. We prospectively recruited & evaluated 65 
consecutive patients >18 years with standardized clinical assessment, 2-D echo, & MRI. 
One observer graded the RV visually as follows (echo): 1= normal function or enddias- 
tolic volume (EDV), 2 = mild dysfunction or enlargement, 3 = moderate dysfunction or 
enlargement; 4 = severe dysfunction or enlargement. Echo was compared with MRI. 
Results. Median age was 31 years (range 18 to 63). 35 (54%) were female. 25 (39%) 
patients had transannular patch repair. Conclusions. Echo assessment of the RV gives 
important initial information, but may be inaccurate. Different echo grades of RVEF & 
RVEDV frequently overlap when compared to MRI quantification. 
Table 2. RVEF assessment 
RVEF echo Number with MRI-RVEF for each echo MRI range of RVEF for 
grading both tests grade, Mean ±SD each echo grade, % 
1 17 45±8 28-56 
2 25 39±10 12-51 
3 11 31±11 17-45 
Table 1. RVEDV assessment 
RVEDV echo Numberwith MRI-RVEDV for each echo MRI RVEDV range for 
grading both tests grade, Mean±SD (mls) each echo grade (mls) 
1 7 134±64 50-270 
2 19 174±58 50-285 
3 19 211±63 77-354 
4 7 228±81 t t 4-360 
